extremities for 1 month. He had left temporal hemianopsia, a right nasal visual field defect of the upper medial quadrant and decreased muscle strength of the left extremities. Magnetic resonance imaging (MRI) showed a contrastenhancing tentorium-based lesion in the right trigone, intruding into the right lateral ventricle. The lesion was totally resected. Rosai-Dorfman disease was confirmed pathologically by an inflammatory infiltrate in the absence of an infectious agent, emperipolesis and positive S100 staining. From a review of the literature on Rosai-Dorfman disease in the central nervous system it is concluded that follow-up MRI should be performed in order to detect possible recurrence and that this rare entity should be considered in the differential diagnosis of intracranial lesions. corticosteroid (prednisolone) and vinca alkaloids (vincristine and vinblastin) with an alkylating agent (cyclophosphamide).
Introduction
Rosai-Dorfman disease (RDD), also known as sinus histiocytosis with massive lymphadenopathy, was first described by Rosai and Dorfman in 1969. 1 It is an uncommon systemic idiopathic histioproliferative disorder affecting the lymph nodes and has a non-neoplastic course. To our knowledge, fewer than 100 cases of RDD restricted to the central nervous system (CNS) without associated adenopathy have been reported in the English literature. 2 -7 Most of these cases presented with clinical and radiological findings suggestive of meningioma, so patients with this condition are easily misdiagnosed. A 35- The erythrocyte count was 4.25 × 10 12 /l (reference range 4.0 -5.5 × 10 12 /l) and the haemoglobin concentration was 114 g/l (reference range 120 -160 g/l); other routine laboratory values were normal. Computed tomography (CT) of the skull demonstrated a right trigone lesion that had invaded the right lateral ventricle; a systemic CT scan of the chest, abdomen and pelvis was negative.
Case report
Magnetic resonance imaging (MRI) of the head indicated that the lesion was isointense on T1-weighted images and hypointense on T2-weighted images, with marked enhancement by gadolinium diethylenetriamine pentaacetic acid ( Fig. 1) .
Before surgery, the primary diagnosis was meningioma. The mass was totally resected using a supratentorial approach and, during debulking, the lesion was seen to be firm, Haematoxylin-eosin staining of a specimen from the haematoma tissue showed many large cells with abundant eosinophilic vesicular cytoplasm, heavily infiltrated by lymphocytes, plasma cells and eosinophils ( Fig. 2A ); no infectious agent was detected. Lymphophagocytosis was present in histiocytes. Occasional Russell bodies were seen. Immunohistochemical studies detected S100 protein ( Fig. 2B ) and the presence of CD138 + , L26 + and KP1 + cells. Large histiocytes showed emperipolesis (Fig. 2C) . The labelling index for the monoclonal antibody MIB-1 (i.e. the percentage of nuclei positive for the monoclonal antibody MIB-1, which detects the Ki-67 antigen associated with cellular proliferation) was 10%. The histopathological diagnosis was intracranial RDD.
The patient was discharged 15 days after surgery and follow-up MRI examination 3 months later revealed no recurrence ( Fig. 3 ).
Discussion
Rosai-Dorfman disease is a condition of unknown cause that predominantly affects children and young adults and shows a predilection for males. The disease can appear as massive painless cervical lymphadenopathy, fever, anaemia, leucocytosis, an elevated erythrocyte sedimentation rate and polyclonal hypergammaglobulinaemia. Extranodal involvement, including the skin, respiratory tract, visceral organs, genitourinary tract, bones, CNS and orbit, occurs in 43% of cases. 8 RDD in the CNS is extremely rare, accounting for < 5% of extranodal cases of RDD. 8 -11 The mean age of patients with RDD of the CNS in a previously published literature review was 39.4 years, whereas that of patients with systemic RDD was 20.6 years. 2 Patients with RDD involving the CNS usually have headaches, seizures, visual symptoms and focal deficits, and the disease course is not usually acute. 7,12 - 17 On CT scanning, RDD of the CNS usually shows an isodense lesion with marked enhancement. The entity usually shows an isointense signal on T1-weighted MRI and a hyperintense signal on T2-weighted imaging, The lesion is usually isolated, but multiple lesions have been reported. 22 -24 Lesions may be well demarcated or destructive. The sites involved include the leptomeninges, intraparenchyma, spinal cord, orbit, nose and paranasal sinus, and some lesions invade the surrounding bones. 25 -27 Radiologically, most cases of RDD of the CNS manifest as dural-based, extraaxial and contrast-enhancing masses on neuroimaging, and the condition has frequently been misdiagnosed as meningioma. 3,28 Kumar et al. 6 reported a case mimicking chronic subdural haematoma. 6 Because of the lack of features specific to RDD of the CNS in imaging studies, meningioma should be included in the differential diagnosis.
Histopathologically, RDD is characterized by a variety of chronic inflammatory cells dominated by lymphocytes and plasma cells. There are also scattered giant foamy macrophages and histiocytes engulfing lymphocytes, plasma cells and polymorphonuclear leucocytes, and emperipolesis may occur. 7,26, 29 Immunohistochemical studies in RDD have revealed positivity for S100 protein and CD68 (KP1) but negativity for CD1a. 25, 27, 30, 31 The presence of chronic inflammatory infiltrate, emperipolesis and positive S100 staining is consistent with RDD. It can be differentiated ultrastructurally from Langerhans cell histiocytosis by the absence of Birbeck granules 32 -35 and negativity for CD1a. 30, 31, 36 Because it is a benign condition, the firstline treatment for RDD of the CNS is currently surgical resection. Although debulking might be curative, it has been reported that 14% of cases recur or relapse after surgery. 9,37 Followup MRI is, therefore, recommended in order to evaluate the long-term outcome. In general, adjuvant therapy includes steroids, radiation and chemotherapy. 16, 38 According to Komp, 8 the most effective therapeutic regimen would be a combination of 
